Figure 1: CT Axial gadolinium enhanced imaging at the level of the bony labyrinth shows dysmorphic cochleae (A) unwound/corkscrew morphology, as evidenced by bulbous middle turns, flattened apical turns, and asymmetric modioli and Patulous cochlear apertures. There is also evidence of a duplicate external auditory canal (B) Discussion / Conclusion 
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Figure 2: T1 Axial (A) gadolinium enhanced imaging through the level of the internal auditory canal shows bilateral circumferential enhancing tissue which displaces the normal CSF signal. Within the IAC the nerve configuration is obscured by the circumferential enhancing tissue.
After 5 months of full time use and participation in intensive early intervention, the patient's auditory skills were measured using the LittlEARS Parent Auditory Questionnaire and were found to meet, or slightly exceed, performance expectations according to her chronological age. The patient is noted to consistently respond to her name, differentiate between different speakers, and recognize familiar environmental sounds. In addition, she is expanding her vocalizations. Speech/language skills were assessed using the Receptive-expressive Emergent Language Test (REEL-3) and both her receptive and expressive language abilities were found to be commensurate with her chronological age. Early diagnosis of SNHL in children is paramount as it is well established that a delay in identification and treatment of hearing impairment can adversely affect speech and language development. We report a novel presentation of congenital bilateral profound SNHL in a patient with nodular IAC and labyrinthine enhancement and inner ear dysplasia. A comprehensive evaluation under the direction of a multidisciplinary team was performed and identified biallelic pathogenic variants in MYO7A, however, the MRI findings are not consistent with this diagnosis suggesting second etiology may be occurring in this child. The patient has demonstrated good benefit from cochlear implantation. Future study of rare variants of congenital deafness, such as this, is critical toward defining new disease processes and determining optimal treatment.
